[Ceroid-lipofuscinosis: recent notions].
Neuronal ceroid lipofuscinoses (NCL) are among the most frequent neurodegenerative diseases. They have an autosomal recessive mode of inheritance. Four different forms (infantile, late infantile, juvenile and adult NCL) have been identified from clinical (epilepsy, microcephaly, psychomotor delay, visual defect, pyramidal or extrapyramidal disorders), neurophysiological (EEG, visual evoked potential), neuroimaging (brain and cerebellum atrophy), morphological and genetic criteria. The genes of both infantile and juvenile NCL have been identified, that of the late infantile form variant has been located. An early management (antiepileptic drugs, nursing) is required.